Cockayne's syndrome is an autosomal recessive disorder with short stature, an atypical retinopathy, deafness, mental deterioration, skin sensitivity to ultraviolet light, and a characteristic facies with marked enophthalmos and a beaked nose. Other features include cataracts, joint contractures, and a peripheral neuropathy. Since it was first described in 19361 it has become apparent that it is a progressive disorder with an underlying leucodystrophy.
In 1971 Lowry et a12 described what they felt to be a new syndrome in a brother and sister with cataracts, microcephaly, kyphosis, and joint contractures. The classification of this entity has been controversial. Sugarman3 suggested that this syndrome might be an early form of Cockayne's syndrome, while Pena et a14 suggested that the features resembled the cerebro-oculo-facial-skeletal (COFS) syndrome.
We present two unrelated patients with clinical features similar to those described by Lowry et al. 2 In both, profound growth retardation developed within the first year of life and the facial features became identical to those of Cockayne's syndrome.
Received for publication 22 June 1988. Revised version accepted for publication 26 August 1988. There was also associated photosensitivity. UV irradiation studies on skin fibroblasts were carried out and showed an inhibition of RNA In the first few months there were feeding problems because of oesophageal reflux, but he gained weight satisfactorily up to the age of seven months (fig 1) . Thereafter his weight remained static, even with tube feeding, until it declined further in the terminal stages of the illness. After 10 months there was no further growth in the head circumference (37.5 cm). Between three and four months his cataracts were operated on and contact lenses provided. The contact lenses were poorly tolerated because of reduced lacrimal secretion. Postoperative examination of the fundus showed hypoplastic optic nerves and there was little evidence of useful vision.
In the second year he became very emaciated with kyphosis ( fig 2) . There There are many similarities between COFS syndrome and early onset Cockayne's syndrome. When COFS syndrome was first described by Pena and Shokeir 3 in 1974, they reported the features of microcephaly, microphthalmia, cataracts, blepharophimosis, flexion contractures, skeletal abnormalities, and failure to thrive in infants between the ages of one month and 27 months. Most of the patients in their series died in infancy with a mean age of death of 13-7 months. However, in 1978 Pena et al4 reviewed two of the surviving patients and found a third member of the family had become affected. One had lived until five years by which time she was profoundly cachectic and had not increased her weight from five months of age (3-3 kg). At necropsy there were small foci of calcific deposits in both the grey and white matter and there was also a depletion of white matter compatible with a leucodystrophy. Their second patient was institutionalised when examined at three and a half years of age, and had not gained weight despite adequate caloric intake. His weight was 4-3 kg. Clinically he was microcephalic with deep set eyes, cataracts, a prominent nasal bridge, and flexion contractures at the elbows and knees. Their third patient was seen at four years of age and weighed 3-6 kg. He had had similar problems and facially resembled the appearance seen in Cockayne's syndrome.
The growth pattern of the two patients in this report has been striking. Both had normal birth weights and appeared to grow normally for the first few months of life, but from around six months of age showed virtually no further weight gain. Increase in length also virtually ceased at this stage, but this was more difficult to quantify because of the joint contractures. There were considerable feeding problems but these were unlikely to be the most significant factor in the growth failure. The first patient was the subject of a local newspaper article describing him as "the boy who wouldn't grow". The striking failure to thrive with subsequent emaciation is similar to that seen in the reported cases of both early onset Cockayne's syndrome and COFS syndrome.
Both patients in this report showed severe developmental delay. In the neonatal period there was hypotonia and later spastic quadriplegia developed. Neither children acquired speech or sat independently. The 
